Undifferentiated connective tissue disease is an overlap syndrome in which the features of more than one disease is present but their complete diagnosis is lacking. We are presenting an 11year child with fever, arthritis, polyserositis, myalgia, nephritis, sclerodactyly with positive anti-dsDNA and anti-Smith antibody. She improved with prednisolone and cyclophosphamide.
INTRODUCTION
Connective tissue disease result from autoimmune processes that lead to inflammation of target organs.
Rarely,children develop overlap syndromes, one such is mixed connective tissue disease(MCTD) where features of two or more major rheumatic disorders are seen-juvenile rheumatoid arthritis(JRA), systemic lupus erythematosus (SLE), juvenile dermatomyositis(JDM) and systemic sclerosis. Children may also have undifferentiated connective tissue disease in which manifestations strongly suggest but do not meet diagnostic criteria for a specific rheumatic disease.
CASE REPORT
An 11 year old girl presented with fever and weight loss for 1year, joint pain and swelling for 6 months, muscle pain for 2months and respiratory distress for 2days.Fever was continuous, high grade with a maculopapular, erythematous rash on the trunk, non itchy, painless, lasting for 7-8days. Fever continued and investigation showed ESR-95mm/hour. After 4 months of fever ,she developed pain, swelling and movement restriction of the large joints, it was symmetric with no small joint involvement. She is the third child of a non-consanguinous marriage, with no significant past illness and no family history of musculoskeletal disease.
She was admitted to a hospital at 8 Antiphospholipid antibody was negative while C3 and C4 counts were below normal at the beginning (C3-66mg/dL,C4-10mg/dl) which later normalized (C3-118mg/dL,C4-32mg/dL) with treatment.
The child was treated with oral prednisolone at 2mg/kg/day but no improvement was observed in the symptomatology by 7days, so pulse IV methylprednisolone 30mg/kg/day was given for 3 consecutive days. This was followed by oral daily prednisolone. Supportive therapy with oral iron, folate, calcium, multivitamins and ranitidine was given.Kidney biopsy report prompted us to institute IV pulse cyclophosphamide 750mg/m2/month. Following therapy, the subsequent improvement both clinically and physically was dramatic. Physiotherapy was started to improve joint mobility. At discharge after 1month of indoor treatment, she was able to stand erect, squat and stand up unassisted and the mobility of small joints of hand had also greatly improved.
DISCUSSION
The diagnosis of the case put us in a dilemma as to whether it is a case of MCTD, a case of SLE, scleroderma or dermatomyositis. Diagnosis of MCTD is based on Sharp's criteria ( 
